Stiff person syndrome (SPS) is a rare disorder characterized by continuous muscle activity causing severe rigidity and episodic spasms in axial and limb muscles (1). According to the diagnostic criteria, normal motor and sensory examination is the rule. Hyperactive deep tendon reflexes may be observed, but extensor plantar reflexes are rare (1, 2, 3, 4) . Here, by presenting this case with atypical features like pyramidal signs, we aimed to review the clinical and electrophysiological signs of this rare syndrome.
1a). Latency of the soleus H-reflex was normal, and reciprocal suppression by dorsal flexion of the foot remained. Auditory startle response was more easily elicited after a low volume without any habituation. All responses over the orbicularis oculi, sternocleidomastoid, biceps brachii, LP, and AT muscles were very high in amplitude with a very long duration ( Figure 2a , b: normal sample). Somatosensory and trigeminal startle responses were found to be enhanced (Figure 3a , b). Blink and masseter inhibitory reflexes were normal (Figure 3b, 4a, 4b ). In summary, increase in the excitability of polysynaptic spinal reflexes and startle responses was recorded, whereas other segmental and brain stem reflexes were normal. These features were consistent with the diagnosis of SPS.
Stiff person syndrome is a rare disorder, and the presence of atypical findings provides difficulty in diagnosing SPS. The diagnosis of SPS can be suspected based on clinical features and is supported by serological and electrophysiological tests. According to the diagnostic criteria defined by Gordon, normal motor and sensory examination is the rule (2). However, our patient had hyperactive deep tendon reflexes in all extremities and plantar skin reflex responses were extensor. MRI examinations performed for investigating the etiology of pyramidal signs were all normal.
Anti-GAD antibodies are associated with several autoimmune diseases and are diagnostic markers in SPS (1, 5) . GABAergic pathways serve as one of the types of inhibitory pathways by inhibiting spontaneous discharges from spinal motor neurons. Impairment of the GABAergic pathways with deficiencies in GABA leads to continuous firing of the spinal motor neurons, with resultant stiffness and spasms (6).
Normality of motor unit morphology distinguishes SPS from other abnormalities that may be associated with stiffness. The rigidity and continuous motor unit activity decreases or even disappears during sleep and after spinal or general anesthesia, indicating a central source (7, 8 (7, 8, 9) . Exaggerated, non-habituating, exteroceptive or cutaneomuscular reflexes are characteristic features and contribute to the jerks and spasms (10) . Startle responses in the cranial muscles are normal; however, they are exacerbated in the muscles of the trunk and lower sides. Exaggerated startle in SPS probably reflects segmental hyperexcitability of axial and lumbar spinal motor neurons (9, 10, 11) . Here, by presenting this case, which meets these electrophysiological criteria defined for SPS, we aimed to review the clinical and electrophysiological signs of this rare syndrome.
